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Background:  Pulmonary hypertension in the neonate typically does not reflect underlying congenital heart disease (CHD). However, 
normal cardiac anatomy must be confirmed to ensure proper diagnosis and treatment.
case:  A full term newborn male transferred to our facility for further management of increasing respiratory distress. Despite appropriate 
treatment for pulmonary hypertension, he continued to require escalating support with eventual intubation. Chest radiography raised 
suspicion for CHD with possible dextrocardia, cardiomegaly, and pulmonary edema. Echocardiogram confirmed dextroposition of the heart 
and systemic right ventricular pressures. However, his echocardiogram also raised suspicion of scimitar syndrome with a venous structure 
draining to the inferior vena cava (IVC), inability to visualize right pulmonary veins, a small right pulmonary artery (RPA), and a pulsatile 
structure arising from the descending aorta concerning for an arterial collateral vessel supplying the right lung.
decision Making:  Cardiac magnetic resonance imaging (MRI) confirmed the diagnosis of scimitar syndrome with right sided partial 
anomalous pulmonary venous return (PAPVR) draining to the IVC and dual arterial supply to the right lung via both his small RPA and a 
systemic arterial collateral. Given his clinical deterioration, he was taken urgently to the catheterization lab. Hemodynamic measurements 
verified systemic right ventricular pressures and revealed a Qp:Qs of 1.8:1. Successful embolization of his arterial collateral was achieved 
using several vascular plug devices. The team subsequently weaned all respiratory support and discharged him home on diuretics. A 
year later, he continues to be followed as an outpatient for his PAPVR with excellent growth and occasional symptoms of pulmonary 
overcirculation.
conclusion:  Although congenital heart disease is not typically the etiology of pulmonary hypertension in the neonate, it remains crucial 
to consider in the differential diagnosis until normal pulmonary venous return has been confirmed. Scimitar syndrome, a rare subset of 
PAPVR, represents a unique cause of pulmonary hypertension with options for catheter based treatments.
